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Saudi Journal of Ophthalmology (2012) 26, 335–337Case ReportA case of bilateral uveitis and optic disc swelling with Chiari I malformationVolkan Eken, MD a,⇑; F. Nilüfer Yalçındag, MD a; Figen Batıoglu, MD a; Canan Togay Isıkay, MD bAbstractWe report a case of bilateral uveitis and optic disc swelling with Chiari I malformation. A 16-year-old girl was admitted to our clinic
due to conjunctival hyperaemia and blurred vision in her right eye. Ophthalmologic and systemic examinations were performed.
Visual acuity was 0.7 (OD) and 1.0 (OS). Bilateral optic disc swelling was observed. Fluorescein angiography demonstrated bilateral
retinal vasculitis as well as optic disc hyperflourescence due to leakage. Laboratory examinations were within normal limits. Cranial
magnetic resonance venography imaging revealed neither cranial mass nor cerebral venous thrombosis but a Chiari I malforma-
tion. The patient was started oral cetazolamid, topical and oral corticosteroids. After six months follow-up, bilateral optic disc
swelling was resolved completely and visual acuity was 1.0 in both eyes. Optic disc swelling may be associated with intraocular
inflammation; however, patients with bilateral optic disc swelling should be suspected of having an accompanying intracranial
pathology.
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Chiari I malformation is a congenital malformation, charac-
terized by herniation of cerebellar tonsils below the foramen
magnum and into the cervical canal. Associated findigs in-
clude a small posterior fossa, mild displacement of the me-
dulla and/or the fourth ventricle, hydrocephalus,
syringomyelia and osseous anomalies.1 Presentation fre-
quently does not ocur until the third decade of life.1 Although
the most common presenting symptoms in patients with
Chiari I malformation are headache, neck pain, extremity
pain, weakness and paresthesias; patients may also be asym-
phomathic.2 In patients with Chiari I malformation associated
hydrocephalus occurs in 7–10% of cases.3 Neuroophthalmo-
logical signs associated with Chiari I malformation consist of
papilledema and ocular motility disturbances, includingPeer review under responsibility
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King Saud University
Received 8 November 2011; received in revised form 21 December 2011; acce
a Ankara University Faculty of Medicine, Department of Ophthalmology, Ank
b Ankara University Faculty of Medicine, Department of Neurology, Ankara, T
⇑ Corresponding author. Address: Ankara Universitesi Tip Fakultesi, Goz Ha
Tel.: +90 5326229541; fax: +90 3123638082.
e-mail addresses: volkaneken@gmail.com (V. Eken), nilufer.yalcindag@medicin
ctogay@yahoo.com (C.T. Isıkay).downbeat nystagmus and sixth cranial nerve palsy. Acute
presentations of Chiari I malformations with isolated papille-
dema but without hydrocephalus are uncommon and are very
rare in children.1 Co-occurrence of ocular inflammation and
Chiari I malformation in a patient has not been reported in
the published literature yet.
We report a patient of bilateral uveitis and optic disc swell-
ing with Chiari I malformation to emphasize that optic disc
swelling can occur either with intraocular inflammation or
secondary to raised intracranial pressure.
Case report
A 16-year-old girl presented with a 4-day history of con-
junctival hyperaemia and blurred vision in her right eye. Her
past medical history and family history were unremarkable.Production and hosting by Elsevier
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Figure 2. Fluorescein angiography images of the right (A) and the left (B)
eyes at sixth month.
336 V. Eken et al.Her ocular examination revealed best-corrected visual
acuities of 0.7 OD, and 1.0 OS. Intraocular pressures were
8 mm Hg OD, and 10 mm Hg OS. Biomicroscopic anterior
segment examination revealed mild anterior chamber inflam-
mation with ciliary injection, mutton-fat keratic precipitates,
aqueous cells and flare in the right eye and normal findings
in the left eye. Her fundus examination revealed bilateral op-
tic disc swelling and venous engorgement without retinal
exudates and oedema in both eyes (Fig. 1). A fundus fluores-
cein angiogram showed bilateral retinal vasculitis and optic
disc hyperflourescence due to leakage in both eyes (Fig. 1).
The laboratory testings included complete blood count,
erythrocyte sedimentation rate, serum protein electrophore-
sis, immunoelectrophoresis, anti-nuclear antibody, anti-neu-
trophilic cytoplasmic antibody, anti-double stranded DNA
antibody, anti-cardiolipin antibody, anti-phosphatidylserine
antibody, rheumatoid factor, calcium and angiotensin con-
verting enzyme levels, complements levels, Lyme western
blot, Brucella agglutination, HLA tissue typing, rapid plasma
reagin, urinalysis were all unremarkable. Chest X-ray and skin
tests including tuberculin skin test and pathergy were per-
formed and within normal limits.Figure 1. Fundoscopy of right (A) and left (D) eyes showing bilateral optic
disc swelling and venous engorgement without retinal exudates and
oedema; Fluorescein angiography of the right (B,C) and the left (E,F) eyes
demonstrated bilateral retinal vasculitis as well as optic disc hyperflou-
rescence due to leakage.Lumbar puncture revealed elevated cerebrospinal fluid
opening pressure level which was 31-cm water and normal
cerebrospinal fluid analysis levels. Cranial magnetic reso-
nance imaging demonstrated a type I Chiari malformation
without hydrocephalus and cranial magnetic resonance
venography imaging demonstrated neither cranial mass nor
cerebral venous thrombosis.
Treatment was initiated and consisted of oral acetazol-
amid 250 mg three times per day for intracranial hyperten-
sion, hourly instillation of topical corticosteroid, three times
per day instillation of mydriatic drops (cyclopentholate 1%)
and oral prednisolone 1 mg/kg/day, which was tapered and
stopped in several weeks. The response of medical treatment
was closely followed up. At the sixth month examination, vi-
sual acuity was 1.0 in both eyes. Ocular inflammation was
inactive and disc swelling was disappeared in both eyes. A
fundus fluorescein angiography was performed, neither reti-
nal vasculitis nor optic disc hyperflourescence were observed
(Fig. 2).Discussion
To our knowledge, this is the first report presenting co-
existence of intraocular inflammation and Chiari I malforma-
tion with optic disc swelling without hydrocephalus. Obstruc-
tion of the cerebrospinal fluid flow at the level of foramen
magnum in Chiari I malformation may cause intermittent
intracranial pressure elevations.4 Acute presentations of
Chiari I malformations without hydrocephalus but with iso-
lated papilledema are uncommon.1 However, Milhorat and
colleagues reported that nine (2%) of 364 patients symptom-
atic from Chiari I malformation had papilledema. Seven of the
nine patients (80%) had normal-sized ventricles on cranial
magnetic resonance imaging.5
In this age group, idiopathic intermediate uveitis may
cause bilateral intraocular inflammation and primarily in-
volves the anterior vitreous, pars plana and peripheral retina
with an increased incidence of bilateral papilledema.6 The
absence of vitreous snowballs, snowbanks and the presence
of an elevated cerebrospinal fluid opening pressure with nor-
mal laboratory examinations made us to exclude intermedi-
ate uveitis as the reason of this clinical appearance in our
patient.
Examinations revealed that our patient had uveitis and op-
tic disc swelling. Although optic disc swelling may be caused
by intraocular inflammation, intracranial hypertension should
be ruled out in cases with bilateral papilledema. Our patient
had an elevated cerebrospinal fluid opening pressure as well.
Cerebral magnetic resonance imaging demonstrated that the
patient also had a Chiari I malformation without hydrocepha-
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oral acetazolamid, disc swelling and vasculitis disappeared in
both eyes and visual acuity improved in the right eye.
In conclusion, uveitis may exist with intracranial patholo-
gies such as Chiari I malformation coincidentally. As already
known, optic disc swelling may be associated with intraocular
inflammation; however, patients with bilateral optic disc
swelling should be suspected of having an accompanying
intracranial pathology.
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